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Effect of a low-valine-diet
A low-valine-diet used consisted of a mixture of a commercial powdered milk and a valine-free-amino acid mixture in the ratio ranging from 1 : 1 to 2 : 1. Table I gave a composition of the valine-free-amino acid mixture which was kindly provided by the Snow Brand Milk Products Co. Ltd. Tokyo, Japan (cf. Table I ). The low-valine-diet, containing 0.453 g of valine per 100 g, was given to the patient when aged 9 months. As was shown in Fig. 1 , a remarkable gain in Fig. 1 . Effect of a low-valine-diet upon bodyweight of our own patient. Serum valine levels, which had been characteristically elevated, returned to the normal after the low-valine-diet was given in place of an ordinary milk formu la (cf . Table II) . When the patient was given again an ordinary milk formula in place of the low-valine-diet, vomiting reappeared and hyperkinesia became severe within 2 days.
Blood clearance curves after loading with valine, leucine, isoleucine or methionine To the patient overnight fasting, 300 mg of valine, leucine, isoleucine, or methionine per kg of bodyweight were given by a stomach tube. Blood specimens were taken immediately before and 1, 2 and 4 hours following the oral dose, ing an intravenous injection of valine (a dose of 100 mg of valine). Sharp waves and high voltage slow waves appeared 30 minutes after the intravenous injection and lasted for about 30 minutes' duration. At the same stage as these abnormal tracings developed, a marked increase in both the delta and theta waves was clearly demonstrated by the pattern of an electroencephalographic analyzer (cf. Fig. 6 ).
Tryptophan loading test
Twenty-four hours' urine specimens were collected following an oral dose of L-tryptophan (80 mg per kg of bodyweight) and assayed for metabolites of tryp tophan by means of paperchromatography.3 Quantitative estimation was carried out for indol acetic acid by Weissbach et al.'s4 method, and pyridone (N methyl-2-pyridone-5-carboxamide) by Price's method.5
The result, given in Valine loading test in the parents of our own patient
To the parents overnight fasting, an oral dose of valine (100 mg per kg of body weight) was given. Blood specimens were taken immediately before, and 1, 2 and 4 hours following the oral dose, and assayed for valine in serum and total alpha In the present investigation it was found that when the patient was placed on a low-valine-diet, vomiting ceased within a week and hyperkinesia markedly diminished in its degree, and a considerable gain in weight resulted. On the other hand, an intravenous injection of valine solution produced a definite change in electroencephalographic tracings. In this respect, Waisman et al.'s9 report is interesting who demonstrated that when monkeys were fed on a valine-rich diet soon after birth, they developed mental retardation, convulsive fits and bizarre behavior with the absence of excessive excretion of keto-acids into urine.
In our own patient, there was neither urinary excretion of an excessive amount of alpha keto-acids nor an accumulation of alpha keto-acids in blood even when oral load with valine was made.
These findings above quoted lead us to such an assumption that, in idiopathic hypervalinemia, `toxic substance(s)'10'11, if any, may be valine itself or valine derivative(s) other than its keto-acid. 
Site of metabolic block in idiopathic hypervalinemia

